. We examined cochleae from embryonic day (E) 16.5 and 18.5 ( Figures 1C-1F ) and found that, even Summary at the earliest stages of OHC differentiation (E16.5 in the apex), bundle misorientation was observed in the We identified two novel mouse mutants with abnormal mutants, while controls showed normal orientation. The head-shaking behavior and neural tube defects during phenotype is particularly pronounced in homozygotes, the course of independent ENU mutagenesis experiwith apparently random orientation of OHC bundles, ments. The heterozygous and homozygous mutants including some bundles with a rotation of almost 180Њ exhibit defects in the orientation of sensory hair cells compared with the normal plane of orientation (Figures in the organ of Corti, indicating a defect in planar cell 1E and 1F). This OHC phenotype is consistent with a polarity. The homozygous mutants exhibit severe neudefect in the establishment of planar cell polarity (PCP) ral tube defects as a result of failure to initiate neural of cells within the sensory epithelium. tube closure. We show that these mutants, spin cycle
2J and 2K). We analyzed embryonic litters earlier in geseighth cadherin repeat of the extracellular domain of Celsr1, while residue 1110 forms part of the linker region tation and found that the NTD are preceded by failure to initiate neural tube closure in the future cervical region connecting adjacent cadherin domains. Both residues are highly conserved within the Celsr family and within at E8.5, so-called Closure 1 (Figures 2F and 2G 
establishing PCP in Drosophila [2], and it is likely that
The utricular macula and all three cristae were examined by SEM by using the same OTOTO protocol in Scy/ϩ (n ϭ 12) and ϩ/ϩ (n ϭ similar components are involved in mammalian systems. 
